Tingling extremities in a young man 381 _-8w# a _ t_r.i}!-_,, ;;;;; .: 'X --Xw Eis 1 x s s e t-d 53_! _ E :-s^ieS s _rs s L_' _$! ' _s _ _ x } l _|e -e __ _.S _ =F: __ .' '_^_ j : : : : : : : e s S s'. }. .: :
. . _ _ ; i_ s_ _ < -. _wl_ .*__. .i . , . Anderson-Fabry disease is an X-linked recessive inborn error of metabolism caused by reduced activity of the lysosomal hydrolase enzyme, alpha-galactosidase A, which leads to accumulation of uncleaved glycosphingolipids (mainly trihexosyl ceramide) within the lysosomes of endothelial, perithelial and smooth muscle cells.' Males (ie, hemizygotes) are much more severely affected than females, though the latter can be symptomatic.
QUESTION 3
The effects of Anderson-Fabry disease on the nervous, renal and cardiovascular systems are shown in the box.
QUESTION 4
Phenytoin or carbamazepine can be given for the acroparasthesiae, and antibiotic prophylaxis is necessary for dental and surgical procedures if a cardiac valvular lesion is present. Antihypertensives are given where blood pressure is elevated. Aspirin is advocated as a logical prophylactic agent against the consequences of vascular endothelial cell damage in some centres.'
Before dialysis and renal transplantation were available, hemizygotes rarely survived beyond 50 years of age,"3 mainly succumbing to uraemia. Renal transplantation is successful, though the graft does not provide enough enzyme to be clinically helpful to other affected organs. Enzyme replacement therapy has been tried, though without uniform success to date. When recombinant enzyme production is 
